Krabbe's disease in adolescence Although Krabbe's disease typically presents in infancy, onset later in childhood has been described." In both circumstances there is diffuse demyelination, with globoid cells, particularly affecting the centrum semiovale and periventricular areas. However, the infantile form ends fatally within two to five years with progressive psychomotor regression, visual loss, spasticity and myoclonus, whereas older patients generally have a more benign course. In addition, they often have no demyelinating neuropathy or elevation of the CSF protein. Such milder features may result from less severe enzyme defects in the late-onset cases. In keeping with this idea, we report a patient in whom the disease had an exceptionally late onset and benign clinical course, and in whom there was only a partial deficiency of leucocyte galactocerebrosidase.
The patient, a 37 year old Indian man, developed normally until the age of 13 years, when he noted weakness of his left arm and leg over a few months which affected sporting activities. The weakness then progressed very slowly, with more accelerated deterioration at the age of 26 and 29, after which his right leg was also affected and he developed a tremor of his left arm. There was no disturbance of sphincter function, vision, sensation or intellect. He had a mixed diet and took no medications, and there was no family history of consanguinity or neurological disease.
General examination was unremarkable, with no cutaneous lesions or buccal pigmentation and a stable blood pressure of 130/70 mm Hg. The mental state and vision, including colour perception and fundoscopy, were also normal. There was first degree nystagmus on upgaze, but the cranial nerves and jaw jerk were otherwise normal. The gait was spastic and there was also spastic weakness of the left arm and both legs, which was worse on the left. Moderate cerebellar ataxia of the left arm was noted, the tendon jerks were pathologically brisk, more so on the left, and both plantar responses were extensor. The abdominal reflexes were preserved and sensation was intact.
The blood count and film, erythrocyte sedimentation rate (5 mm/hr), routine biochemical tests, endocrine investigations including urinary and plasma cortisols, and assays for very long chain fatty acids were all normal. However, the screen for plasma and leucocyte enzymes revealed a markedly reduced level of galactocerebrosidase of 0-06 nmol/mg protein/hr (controls 0-22-3-8 nmol/mg protein/hr).
Nerve conduction studies and evoked potentials (visual, auditory bands. A skull radiograph had suggested basilar invagination, which was thought to be the cause of his neurological condition. However, CT with intrathecal water soluble contrast medium from C2 to the posterior fossa showed no compression of the neuraxis, and this was confirmed with MRI. The latter did, however, demonstrate bilateral, confluent white matter lesions posteriorly in the peritrigonal and higher parietal regions and in the posterior corpus callosum (figure), without clear abnormalities of the brainstem.
Given the demonstration of white matter disease by the MRI study and the marked deficiency of leucocyte galactocerebrosidase, it is most likely that the patient had Krabbe's disease. The clinical features of a relatively rapid onset with a hemiparesis, and subsequent slow progression with phases of accelerated disability, have also been noted in previous cases in childhood''3 As regards alternative diagnoses, there was no evidence for a compressive lesion; the suggestion of basilar invagination on the plain skull radio- Another patient with thyrotoxicosis developed a right peroneal palsy due to nerve compression at the head of the fibula favoured, in our opinion, by the important muscular atrophy. After six months the recovery was complete.
Our results suggested that 5% of thyrotoxic patients developed a CTS as a consequence of thyrotoxicosis. In these cases we observed a good CTS evolution, always parallel to thyroid status. Excess thyroxine might play a role in the development of CTS. Other factors such as loss of weight, weakness, infiltration of the tendon sheaths with mucopolysaccharides2 and infiltrative dermopathy' can also contribute to generation of mononeuropathies in thyrotoxic patients. In the visual representation task under vestibular stimulation, all subjects were able to report a greater number of "left side" landmarks of the cathedral square, while "right side" performance was unchanged.
The differences between the number of "right side" and "left side" landmarks were computed for each patient and the paired Student t test showed a significantly different Table Neuropsychological assessment before  and after vestibular stimulation   Case   1  2  3  4 5 Line-crossing test* before side.
